Good population surveys concerning the prevalence of cluster headache in the general population have not been carried out so far.
The diagnosis of cluster headache is usually fraught with far fewer obstacles. In recent years, however, evidence has been accumulating that the diagnosis of cluster headache at times may be a real challenge. There are probably cluster headache cases with slightly deviating symptomatology as well as cases with cluster headache-like symptoms that nevertheless are essentially at variance with cluster headache (for example, traumatic cases). In our experience, the differential diagnosis between cluster headache and cervicogenic headache may at times also pose considerable problems.
Furthermore, among other things, it would be mandatory that approximately equal shares of the migraine and cluster headache populations consulted the same neurologist/hospital. Moreover, the prevalence of migraine in the general population is, of course, not exactly known.
With this complex situation, it would in all probability be far better to rely on the diagnostic criteria for cluster headache solely and not make an estimate indirectly via the prevalence of migraine. However, there are shortcomings also for principle b.
One can a priori not expect every cluster headache patient to consult a neurologist. The patient may, for example, consult an otorhinolaryngologist, a dentist, or a general practitioner. Thus, the prevalence figures with the latter method must clearly be considered minimum figures.
The best method would be to scrutinize a given, well-defined population. The optimal method would be to examine every individual personally. Any other method will yield only approximations and, in all probability, minimum figures. Investigators have refrained from this time-consuming method, also as far as other diagnostic headache categories are concerned, owing to the immense amount of work involved. Indirect methods have therefore been used, such as questionnaires. The "positives" (or a sample of both "positives" and "negatives") can then be examined by a specialist, to assess the degree of error inherent in the questionnaire technique. In this manner, an estimate of the prevalence may be obtained.
Heyck (1) used principle a and arrived at a prevalence of 40 per 100,000 inhabitants.
Sutherland & Eadie (2) used principle b and studied, over a 7-year period, the occurrence of cluster headache in the population belonging to the University Hospital of Brisbane, amounting to 1.3 million. They arrived at a prevalence figure of 4.5 cases per 100,000. This figure is clearly a minimum figure, as stated by the investigators themselves. Kudrow (7) , by various calculations, arrived at prevalence figures of 240 per 100,000 but felt that even this number might be too low an estimate, the true one possibly being several times higher. These figures are thus in the upper range of the spectrum.
Ekbom et al. (8) have studied the prevalence in a very circumscribed population group-that is 9803 18-year-old Swedish conscripts-using the questionnaire technique. In these draftees, they found a prevalence of 90 per 100,000. This is a higher figure than the estimates of both Sutherland & Eadie (2) and Heyck (1) . The discrepancy becomes the more striking when taking into consideration that only approximately 21% (9) of the men who are going to acquire cluster headache during their lifetime have done so at the age of 19 (no data available for 18-year-olds). Although the ratio of male to female cluster headache cases is around 4.9: 1 (10), this prevalence nevertheless becomes impressive.
The question arises whether even the estimate of Heyck is far too low, or whether Ekbom et al.'s figures for some reason could be erroneously high. Could these estimates in any way be reconciled? Could cases of unilateral headache, but at variance with cluster headache, have been included? There are, of course, both classified and unclassified unilateral headaches other than "core" cluster headache. Would it be possible that in some youngsters the headache is comparatively mild, so that the questionnaire technique would pick up such cases but the previously mentioned techniques would not? Would it be possible that the cluster headache picture observed in youngsters at times has a rather favourable prognosis, so that they in later life would have forgotten about their previous headache?
In the present issue of Cephalalgia, members of the Bologna group (11) have endeavoured to estimate the prevalence of cluster headache in a defined, circumscribed population-that of the Republic of San Marino. They have accomplished this by, for example, going through patient files, by personal questioning, and so forth (for details the reader is referred to their communication). They have arrived at a prevalence of 69 per 100,000 inhabitants.
We shall leave this topic briefly, while for a moment considering cluster headache from a slightly different angle. Cluster headache has, so far, been considered to be an excruciatingly severe headache, a "suicide headache" (12) , probably (together with chronic paroxysmal hemicrania) the worst headache imaginable. Nocturnal pain attacks have by many been considered almost a sine qua non.
We have recently been forced to re-evaluate these beliefs to some extent (Sjaastad et al. Unpublished data). One of the brothers in a pair of apparently monozygotic twins (40 years old) has had typical bouts of cluster headache for 7 years, with clear-cut remissions. The typical unilateral, severe attacks (1-2 per day) were accompanied by ipsilateral autonomic phenomena, and the attacks also occurred during the nighttime.
During a consultation it was mentioned that the twin brother also has had headaches (since around the age of 28), but these were so mild that he never consulted a physician for them, never used any drugs for the pain attacks, and never was awakened during the nighttime. He never had to stop his work as a teacher because of headache, and his pupils would not even notice that he was having attacks. The frequency of attacks was up to 2-3 per day. The pain was strictly unilateral, its maximum being localized in the periocular area, and it was associated with autonomic phenomena. The attacks usually lasted 2-3 h, and the bouts usually lasted no more than 3-4 days ("mini-bouts"), the interval between bouts usually being a couple of weeks.
Cluster headache sometimes occurs in families and also in identical twins. It is highly likely that the twin also had cluster headache, in spite of the mildness of the attacks. We would, however, probably not have been inclined to make a diagnosis of cluster headache in the latter case if he had consulted us as a single patient, without the information that the twin brother had clear-cut cluster headache. We are in the process of ascertaining whether the attacks in this patient conform entirely with those of cluster headache.
In retrospect, we have seen other patients with similar mild attacks and with a slight tendency to clustering. Because of the mildness of the pain, such patients may never consult a physician.
These observations, although on a preliminary level, may have a bearing on the true prevalence of cluster headache in the population. Such cases may constitute the left side of a Gaussian distribution curve based on the severity of cluster headache. Such mild cases may escape the diagnostic "detection system" of society. It may, therefore, be that even with the painstaking and vigilant detection system of the Bologna group some patients in the left part of the Gaussian distribution have been sifted through the diagnostic sieve. At present the quantity of this possible shortcoming of the system can only be guessed at. Some of the apparent discrepancy between the findings of Ekbom et al. and those of the Bologna group may theoretically be explained on this background. There may also be other explanations of this discrepancy, as previously mentioned, such as a more favourable prognosis of cluster headache (or cluster headache-like pictures) arising early in life.
Until proven otherwise, however, we would tend to believe that there exists a proportion of mild cluster headache cases. If so, the figures calculated by the Bologna group should, for the time being, also be considered minimum figures.
